[Hereditary ataxias].
Hereditary ataxias constitute a heterogeneous group of rare neurodegenerative diseases with an increasingly unsteady gait as the most common symptom. The three main groups: hereditary, sporadic and acquired ataxias, are difficult to distinguish from one another clinically. This overview will focus mainly on hereditary ataxias. The article is based on own research, clinical experience and literature retrieved from searches in the MedLine and Cochrane databases. Autosomal dominant cerebellar ataxias constitute the largest group and includes spinocerebellar ataxias (SCA 1-29), dentatorubral-pallidolyisian atrophy (DRPLA) and episodic ataxias (EA 1-6). Diagnosis is based on family history, clinical findings and can be confirmed with molecular tests for 50-60% of cases. Autosomal recessive ataxias usually start in childhood and consist of a group of heterogenous conditions of which Friedreich's ataxia and ataxia teleangiectasia are the most frequent types. Several metabolic and mitochondrial diseases are included in the group, but are not covered by this review. Curative treatment is usually not available for these diseases, but use of appropriate symptomatic drugs and physiotherapy may contribute to substantial improvement of the patient's symptoms and prognosis. These conditions are rare, the prevalence is about 6/100,000 and they represent a diagnostic challenge. There is much ongoing research in the field with new possibilities for diagnosis and treatment. (For that reason it is important to be able to identify relevant patients and inform them properly) It is therefore important to identify the patients and give them the relevant information.